Unconcerned by the possibility of recurrence, the parents readily agreed to regular ultrasonographic monitoring of fetal growth in a subsequent pregnancy. Biparietal diameter and limb length were consistent until 27 weeks, when humeral and femoral growth began to decelerate, resulting in a discrepancy of three to four weeks between head size and proximal limb length by delivery at 38 weeks. At birth the baby showed mild dolichocephaly with telecanthus, epicanthus, a short, narrow chest, and prominent Department of Obstetrics and Gynaecology, Leicester Royal Infirmary, Leicester LEI SWW.
Unconcerned by the possibility of recurrence, the parents readily agreed to regular ultrasonographic monitoring of fetal growth in a subsequent pregnancy. Biparietal diameter and limb length were consistent until 27 weeks, when humeral and femoral growth began to decelerate, resulting in a discrepancy of three to four weeks between head size and proximal limb length by delivery at 38 weeks. At birth the baby showed mild dolichocephaly with telecanthus, epicanthus, a short, narrow chest, and prominent abdomen. The predicted limb shortening was confirmed. By 3 months, this infant had been admitted to hospital on three occasions for treatment of respiratory infection and showed clinical findings very similar to those of his sister (figure). However, no synostosis was evident on skull radiographs.
Several points emerge. Cranioectodermal dysplasia has previously been reported in a single set of monozygotic twins and in one other sib pair. This report of an affected brother and sister lends further support for autosomal recessive inheritance. Each of these sib pairs shows discordance for sagittal suture synostosis confirming that this is an inconstant feature. Finally, the absence of any demonstrable ultrasonographic abnormality until 27 weeks' gestation indicates that it could be very difficult to provide reliable prenatal diagnosis for this disorder.
